We describe a Libyan boy with an unusual phenotype of multiple congenital anomalies, including triophthalmia, dolichocephaly, porencephaly, cleft lip/palate, facial asymmetry, micrognathia, and VSD. The reported phenotype is likely to represent a new entity of nonchromosomal syndromic triophthalmia. Other possibilities are discussed.
The formation of additional eyes in animals has recently been achieved through experimental genetic manipulations.' 2 The human eye develops from the optic primordium at about 4 weeks' gestation. The neural ectoderm induces the formation of the optic vesicle/cup from the forebrain which gives rise to the retina. The somatic ectoderm is in turn induced by the optic vesicle giving rise to the lens, which then induces the formation of the corneal epithelium from somatic ectoderm.' Several genes involved in the regulation of eye development have now been identified, including the mouse Pax6 gene, which is believed to play a master role in triggering the development of eye components.' The development of the eye is also under the influence of several growth factors, for example, the nerve growth factor and transforming growth factor J.' Retinoic acid and its receptors also represent key molecules in the development of the eye4 that, in high concentrations, have recently been shown to induce duplication of eye components in animals. 2 The proband in the present report had unusual craniofacial dysmorphism with a unique phenotype of syndromic nonchromosomal triophthalmia. The phenotype, which is likely to represent a new syndrome, is critically discussed with emphasis on the possible causal mechanism.
Case report The proband was a male, delivered at term by caesarian section because of macrocephaly. The pregnancy was uneventful and there was no history of drug intake or exposure to irradiation, infection, or teratogens during the pregnancy. The Libyan parents and the 3 year old older sister were phenotypically normal. At 6 months of age the proband's weight was 4800 g (<3rd centile), length 54 cm (<3rd centile), and head circumference (OFC) 44 cm (50th centile). The baby had dolichocephaly and a prominent, asymmetrical forehead with a widow's peak. The left eye was larger than the right eye with a downward slanting left palpebral fissure, hypoplasia/ectropion of the left lower eyelid, and corneal opacity. The right microphthalmic eye had intact extraocular muscular movements and normal vision. An additional third eye was noted on the left temporal side with a complete globe, upper/lower lids, and from all three germ layers.8 The mutation is semidominant with variable peneterance, depending on the genetic background of the mice, and is usually lethal in homozygotes.9 " The anomalies described in Ds mice include body surface projections, such as hamartomas, nodules, and papillae. Also seen are supernumerary limbs and anomalies of the extremities, such as duplications and reductions. Body wall defects include gastroschisis and thoracoschisis and various anomalies of the internal organs." Craniopharyngeal anomalies and eye defects also exist,'2 although triophthalmia has never been described before. The abnormal findings of the human homologue of the mouse mutant Disorganisation (Ds) have been reviewed in numerous reports.78 13 20 Features of the reported baby which are compatible with the diagnosis of Ds 
